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background: Sinus venosus atrial septal defects (SVD) are rare, accounting for 4-11% of all atrial septal defects (ASD). SVD are more likely than 
other types of ASD to result in pulmonary hypertension (PH) and are more difficult to diagnose.
case:  Ms. J. is a 51 year old female who presents with muscle pain. She has a history of hypertension and treated hepatitis C. For three months, 
she has had severe pains in her shoulders, thighs, and neck. She sought attention in the emergency room for worsening muscle pain. She denied 
dyspnea or chest discomfort. Her cardiac exam revealed a normal S1 and S2, no murmurs, no gallops, and no heaves.
Decision-making:  Ms. J was admitted for a rheumatologic work up. Cardiomegaly was noted on her chest x-ray, prompting further evaluation 
with an echocardiogram. Her right ventricle was found to be enlarged and her pulmonary artery systolic pressure (PASP) was 70.1 mmHg. Her left 
ventricle was normal. She did not have any signs or symptoms to suggest an etiology for her pulmonary hypertension. A chest CT angiogram was done 
and negative for pulmonary disease or embolus. A right heart catheterization was then performed and revealed a right atrial pressure of 23, PASP 
of 69 mmHg, and a capillary wedge pressure of 23. Pulmonary arterial resistance was 5.1 woods units. An increase in oxygen saturation from 57 
to 90% was found between the superior vena cava (SVC) and right atrium. Upon further evaluation, the step up was found to occur within the SVC. 
SVC venography revealed a large, anomalous pulmonary vein connecting to the distal SVC. Cardiac CT was then done and revealed a sinus venosus 
atrial septum defect with an associated connection between the right upper pulmonary vein and the SVC. Cardiothoracic surgery was consulted, 
and closure of the defect recommended. A 2 by 2 cm ASD was localized and successfully repaired with a double pericardial patch. The patient was 
discharged 5 days after surgery.
conclusion: This case demonstrates the necessity of a thorough investigation when evaluating PH. This allows for the diagnoses and correction of 
cardiac abnormalities such as SVD prior to the development of fixed, severe PH.
